, Russian, aged nineteen, single; mother died from unknown causes, father living; the patient has one unmarried sister who is also healthy. First menstruation at the age of fifteen years. She was entirely well until about one year ago, when she noticed a peculiar appearance of the skin just below the left nostril, and was also struck with the fact that the face grew thinner below the left eye and above the left angle of the mouth. There is no history of any antecedent emotional excitement or injury • no erysipelas or other acute infectious disease preceded the onset of the present trouble.
Examination.-A healthy-looking, robust girl. Right half of face chubby, and all parts well developed. Distinct atrophy of middle and lower third of left side of face ; the atrophy involves the skin, fat, and also the muscles and bone of this side of the face. The masseters stand out very prominently, in part as a result of the atrophy of other muscles, and in part because they present one of the unusual symptoms. At intervals of a few seconds only, a series of clonic and then tonic contractions of the temporal and masseter muscles can be ob-served. During this time it is impossible for the patient to open the jaw,and the face wears a very anxious expression. As the spasm extendsdo the tongue, and sometimes begins with the tongue, speech is impossible while these contractions last. These muscular spasms occur very frequently, and are most apt to follow upon excitement or exposure to cold. They are not only annoying, but painl ful, and were the cause of the patient's seeking medica- The examination of the other parts of the body gave negative results, the only point worthy of notice being this, that the repeated thermometrical measurements of external ear showed a difference of one degree in favor of right ear.
The history shows that a number of the more serious symptoms observed in other cases-the enophthalmos, the falling out of the hair, and other dermal changes were either but slightly developed or entirely absent. The case was distinguished, however, by the spasms of the temporal and masseter muscles and of the tongue, also by the atrophy of the left half of the tongue and of the floor of the mouth under the tongue.
This exact association of symptoms has been observed in but one other case.
1
Spasms of the masseter and temporal muscles are not mentioned in the many records I have had access to, while atrophy of the tongue seems to be of more frequent occurrence.
The cases of progressive facial hemiatrophy present a great variety of symptoms. Any attempt at a physiological interpretation of the symptoms will reveal the fact that the disease cannot be limited to any one nerve. The old dispute, whether the trigeminus or the sympathetic be the chief sufferer may well be abandoned, for in some cases both are evidently involved ; in some the trigeminus only, and in some the sympathetic only. Mendel 2 has been the only one 3 fortunate enough in recent years to obtain an autopsy in a well-defined case of this disease. The patient, who had passed through the hands of Romberg, Remak, Virchow, and others before she came to Mendel, had during more than twentyfive years presented all the symptoms of typical facial hemiatrophy complicated by atrophy of the left upper extremity. Erysipelas during confinement had immediately preceded the first onset of the symptoms. The autopsy, or, rather, the minute examination of the entire nervous system, revealed a neuritis interstitialis proliferans (Virchow) in all branches of the left fifth nerve, most marked, however, in the second branch; the facial was entirely normal, while the left musculo-spiral had undergone the same changes as the left trigeminal nerve.
Apart from some minor changes in the spinal cord (diminution of ganglion cells in the fifth cervical segment), which were secondary to the peripheral trouble, an atro-phy of the descending root of the left fifth nerve, and a partial atrophy of the substantia ferruginea deserve most attention.
Mendel very justly claims that, as far as a single autopsy can prove anything, this one would show that the progressive hemiatrophy may be due to a peripheral neuritis (and in this he confirms a suspicion of Virchow), and furthermore it would indicate that the diseased parts, the descending root of the fifth nerve and the substantia ferruginea have trophic functions, presumably in connection with trophic fibres in the peripheral branches of the trigeminus.
Referring once more to my own case, it is evident that the affection involves trophic as well as motor fibres of the trigeminal and hypoglossal nerves. It is a well-known fact that in some toxic cases of multiple neuritis the motor fibres of the peripheral nerves are more affected than the sensory. In some few cases the sensory fibres are involved long in advance of the motor fibres.
There is, therefore, nothing foreign in the idea, if trophic fibres exist, that they be the seat of predilection for a disease which would seem to attack the peripheral nerves. My own case would show that this same affection may at times involve the motor as well as the trophic functions (fibres) of these nerves. In this connection it is worth noting that the disease often begins after some acute infectious disease, after erysipelas, and particularly after some traumatic injury to the face. And in these very conditions we recognize the etiological factors most frequent in well-known forms of peripheral neuritis. Lewin forbidding any further inference as to the relation or differences between the two diseases. At all events, the peripheral nervous system in cases of akromegaly should be thoroughly examined post mortem.
In conclusion let me repeat that facial hemiatrophy is, in the main, a disease of the trophic nervous system, that the trigeminal and sympathetic nerves are the ones most frequently involved ; but that the affection may spread to other cranial and peripheral nerves.
